Postmortem examination of a patient with pure autonomic failure showed loss of intermediolateral column cells and of sympathetic ganglionic neurons; there were Lewy bodies in sympathetic neurons. No neuronal loss or Lewy bodies were seen in pigmented brainstem nuclei. This case indicates that pure autonomic failure can occur in the absence of presymptomatic Parkinson's disease. Furthermore, it supports the view that in pure autonomic failure the lesion is more distal than in autonomic failure associated with multiple system atrophy. (3 Neurol Neurosurg Psychiatry 1994;57:745-747) 
In primary autonomic failure the dysautonomia results from an unexplained selective neuronal degeneration. In virtually all patients studied at postmortem, severe loss of intermediolateral column cells is noted.' This may occur in association with two degenerative diseases of the central nervous system: Parkinson's disease and multiple system atrophy. It No Valsalva manoeuvre was undertaken, but a cold pressor test was performed. Before and during the test, we measured the blood pressure, the pulse rate, and the noradrenaline concentration. After immersion of the left hand in ice cold water for one minute, the three variables failed to increase. Heart rate variation was reduced to 5 beats/min. The sympathetic skin response was absent.
Treatment with 9-a-fluorohydrocortisone (0-1 mg daily) was started. The patient was advised to sleep in the head up position. Orthostatic hypotension improved: the patient could walk again and could shop independently. Fluorohydrocortisone was discontinued after three months because of threatening heart failure. Two months later, the patient was admitted to hospital because of a left intracerebral haematoma which led to death after two days. 10 The neuropathological findings of our case differ from earlier published cases: indeed, all patients with pure autonomic failure who were examined postmortem had Lewy bodies in Figure 1 Normally pigmented neurons in the substantia nigra. Slight spongiosis due to uncal herniation (haematoxylineosin, originally x 152). 
